Cicatrizing Bullous Eruption: Case for Diagnosis H Haber MD
A R H S, Egyptian male, aged 30 History: This man had an attack of Asian influenza in 1957. Soon afterwards he developed blisters in his mouth and on the lips. This later spread to involve most of the body and limbs, including the palms and soles. In addition, he has red annular and crescentic patches which may or may not be surrounded by a blister. The blisters are mostly small, and may be tense or flaccid. Atrophy and scarring follows the eruption. It has continued over the past four years without intermission. Exacerbations have been attributed to sunlight, trauma, sulphonamides, and some foods. There is no family history of a similar disorder. On examination: Large areas of the skin of the body, and especially of the hands and feet, are atrophic and scarred. Erythematous, papular and crescentic lesions are present and some have a small blister on them. The nails, teeth and hair are normal. The eyes show pterygia and some conjunctival adhesion. The mouth shows some eroded areas following blisters on the tongue.
Investigations: Blood count, E.S.R., platelets, bone marrow and chest X-ray normal. No L.E. cells found. Plasma proteins normal on two occasions (y-globulin 2-2 g/100 ml once). No excess of porphyrins in urine or faeces. Thymol turbidity raised (14 units). Bromsulphthalein test -7% dye after 45 min (normal 5 %). Histology:Arm (lesion on an erythematous area):
The epidermis shows a loose stratum corneum. The stratum spinulosum is thin and shows vacuolated cells with pyknotic nuclei. The papillary and subpapillary layer shows mild inflammatory reaction consisting of round cells, fibroblasts and polymorphs. The latter are seen to accumulate in some places at the epidermal junction where a considerable cedema is visible leading to a subepidermal clefting. Buttock: A subepidermal bulla has formed due to the total separation of the epidermis from the underlying papillary body. The epidermis itself shows a loose stratum corneum with subcorneal accumulation of polymorphonuclear cells. The stratum spinulosum shows vacuolated cells and pyknotic nuclei and the bulla itself exhibits fibrous network in the meshes of which lie polymorphonuclear cells and nuclear debris. The corium of the stratum papillare and subpapillare shows an increase in the number of vessels with marked inflammatory reaction consisting of round cells and polymorphonuclear cells. One sweat duct is seen to be torn away from the overlying epidermis. Comment: I am presenting this case for diagnosis.
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The changes of the eyes are difficult to interpret. The ophthalmologist would not like to accept it as an ocular pemphigus and believes that the eye changes are very common in Egypt due to the effect of sunlight. Although the changes on the hands suggest epidermolysis bullosa, there are no milia and the nails are normal. The case therefore would appear clinically as epidermolysis simplex. The histology does not quite fit into the condition. The erythematous lesion shows accumulation of polymorphs at the epidermo-dermal junction and cedema leading to subepidermal cleft formation. These features could fit into dermatitis herpetiformis (Duhring) and not into epidermolysis bullosa, where only a clean-cut separation of the epidermis from the underlying corium can be seen. The inflammatory component comes later. The lesion taken from the buttock shows features similar to those of the arm lesion. There are therefore several possibilities: The patient may really have epidermolysis bullosa; he may have dermatitis herpetiformis (Duhring) in addition; or he may have a quite different disease which is not related to either.
Dr G B Dowling: In many respects this case resembles the one previously shown and discussed and I feel that the diagnosis of acquired epidermolysis bullosa is more acceptable than any other.
Dr E J Moynahan: Dr Haber has drawn attention to an important featureinflammatory infiltrate. I should like to know where the primary defect is in this disorder.
Dr G C Wells: I am reluctant to let this go as epidermolysis bullosa. A diagnosis of benign mucous membrane pemphigoid seems far fetched, but I think this should be considered, as cases have been seen with widely scattered pemphigoid lesions, and their histology is just compatible with this. Dr E J Moynahan: I think there is something in the suggestion that we are dealing with two diseases. There are several peculiar features and the scarring precludes a hasty diagnosis. It may be that in this particular case, in which there is some form of blistering with a characteristic separation at a certain level of the epidermis, we are dealing with a patient who is a potential candidate for epidermolysis bullosa but that this is being brought to light by a second independent disease. That is why I think we must make some attempt to localize the lesion accurately in the epidermis or dermo-epidermal junction. Whatever the noxious agent may be in dermatitis herpetiformis, it seems to be effective at a higher level than in this case. Dr H Haber: In epidermolysis bullosa the splits may occur at three levels, sub-epidermal, intra-epidermal and subcorneal.
Dr E J Moynaban: I agree. The separation here is at the basement membrane, whereas in Darier's disease it is higher up in the epidermis.
Dr J S Pegum: I wonder if there is a bullous variant of acrodermatitis atrophicans and if so whether this case is an example of it. Dr H Haber: Acrodermatitis atrophicans does not produce bullk. The histology is quite different. Dr Louis Forman: A lesion of epidermolysis which did not reach the stage of blistering would show no more than an erythematous disc. The layer of polymorphonuclear leucocytes seen beneath the epidermis could be attracted to this site by the damaged collagen.
Familial Congenital Alopecia, Epilepsy, Mental Retardation with Unusual Electroencephalograms E J Moynahan FRcP N F, male, born 4.9.58 History: Hairless at birth. Very scanty downy scalp hair and eyelashes have appeared in the last four months. Grand mal convulsionsthree with fever when six months old. Recurring since 2* years old every two to three weeks. Admitted in status epilepticus to St Helen's Hospital, Hastings (Dr L G Scott).
Milestones: Sat at 7 months, walked at 13 months. Little interest in surroundings and food till aged 2j. Talked first at 2j -says few words now. Used spoon at 2*.
No other symptoms. Playful with mother and other children. No 
